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Oligodontia, Mandibular Hypoplasia and Microglossia in Pediatric Patients: Review of the Literature
and Report of a Case
*Williams GJ, Onikul R, Sparks J, Patel N, Burleson A and Bohaty B
Children’s Mercy Hospital and UMKC School of Dentistry, Kansas City Missouri.
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Abstract

The combined findings of oligodontia, mandibular

Hypoglossia is a very rare condition with an unknown etiology. It has sometimes been associated with limb

hypoplasia and congenital malformation of the tongue

abnormalities and may be grouped together as hypoglossia-hypodactylia syndrome

DISCUSSION/CONCLUSION

(hypoplasia) is relatively rare in children. This

CASE REPORT
6 year old female reported to our dental clinic regarding intraoral pain. Upon examination it was noted that she had

presentation discusses the case of a 6-year-old female
patient who presented to the dental clinic for emergent

oligodontia, mandibular hypoplasia, congenital malformation of the tongue (hypoplasia) and cognitive function was

care secondary to gross dental caries. Additional findings

typical for her age. Guardian reported maternal drug use during pregnancy. . A review of the medical history indicated

at the initial visit were that of oligodontia, hypoglossia,

that due to the physical anomalies noted at birth, a genetic microarray was completed indicating some variants of

micrognathia, and mandibular hypoplasia. A review of the
medical history indicated that due to the physical

unknow clinical significance The teeth visible intraorally appeared to be typically developed. Soft tissue was WNL. A
narrow, vaulted palate was noted. #L,S were severely decayed and required extraction, due to non-restorability .

anomalies noted at birth, a genetic microarray was

During mastication, Tooth #14 was traumatically impinging upon the mandibular gingiva which was her chief

completed indicating some variants of unknow clinical

complaint. A CBCT was taken confirming oligodontia and absence of cleft palate. Figures 1-4 indicate clinical and

significance. As these forms of pathology uncommonly

radiographic findings. Due to the patient’s atypical presentation the patient was referred to a primary care provider

present without a connection to a specific syndrome,

and instructed to return for follow-up dental care. Follow-up dental was provided and unrestorable, decayed primary

further genetic evaluation is warranted. This presentation

teeth were removed. The patient was then referred to genetics and plastic surgery for further evaluation. A CT image

reviews the clinical findings noted in the case, potential

was obtained and evaluation was completed by a plastic surgeon who suggested that the patient may have a variant

treatment options for future care and the importance of

of ectodermal dysplasia. He further suggested that no intervention was needed at this time as the patient was

appropriate collaborative care with other medical

functioning well.

Individually, oligodontia, mandibular hypoplasia and
hypoglossia are often associated with some type of
syndrome. However, this patient demonstrated all

three clinical findings, and per the current literature
reviewed, the findings were not consistent with clinical
attributes associated with a single syndrome. Due to
the medical history of the patient, it was postulated

that the findings may have been due to a combination
of genetic aberration and teratogenic exposure. The
plastic surgeon who performed a clinical evaluation

suggested a diagnosis of an atypical variant of
ectodermal dysplasia (ED). While ED may explain the
oligodontia, it fails to explain the presence of the
hypoglossia and mandibular hypoplasia. Future dental

rehabilitation will likely include: placement of bone

professionals.

INTRODUCTION
Oligodontia is a rare genetic disorder which represents the

graft and dental implants Additional genetic counseling
was also recommended.

congenital absence of more than six teeth in primary,

permanent or both dentitions. It is usually a part of a
syndrome and seldom occurs as an isolated entity. Genes

References

responsible for non syndromic oligodontia are found to be

MSX1 and PAX9 genes.
A growing amount of evidence suggests that BMAL1 is a

Figure 1

key component in mesenchymal cells development and in
turn is essential for

hard tissue development. In

mesenchymal cells, BMAL1 defect inhibits osteoblastic
and chondrocytic differentiation. Inactivation of this gene
can increase bone resorption as well. Preclinical data
suggests

that

abnormal

expression

of

BMAL1

is

associated with mandibular hypoplasia and other skeletal
disorders.
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